Case of Pigmented Degeneration of the Retina, associated with Epileptic Fits.
THIS is a case of Captain Ormond's, and was referred to me for an investigation of the nervous system. The patient is a man, aged 23, and he first noticed failure of eyesight in 1910. This steadily progressed, and 'has done so more rapidly during the past year. Epileptic fits began in 1913, and these have become more frequent during the past year. Captain Ormond found there was a central scotoma in both eyes, somewhat to the temporal side, and optic atrophy, with some pigmentary disturbance at and near the macula with diminution of vision to^6 0 Physical examination of the nervous system had a negative result. Both the blood and the cerebrospinal fluid have been examined, and give a negative Wassermann reaction. The father undoubtedly suffered from syphilis, but no evidence of the disease is present in the son.
The case is shown in order to elicit the opinions of members of this Section with regard to the pigmentary change which is present, as to which class of degeneration it belongs. The patient is the fourth member of the family, and no other member of the family is affected, so far as I know. His brother is a prisoner in Germany; his two sisters, who are older, I have not been able to see, but they are said to be normal.
DISCUSSION.
The PRESIDENT: I think the scotoma involved the fixation point in one field but not in the other. The scotomata did not appear to be quite symmetrical. The absence of a positive Wassermann test seems to be against it being due to congenital syphilis: it was negative both in the blood and the cerebrospinal fluid. I think this is the type of case which might profitably be brought up again after further observation, to see what happens to the disks.
They struck me as still being congested.
Captain ORMOND: This patient was sent to me first of all because the sight was failing rapidly, and I elicited from his mother the fact that he had had a number of fits. The first fit was in October, 1913. He had another the following month. He had two in 1914, and five last year. Since then he has had seven fits. They are increasing in frequency. The disks are very hazy, and the vessels contracted. The pigmentary changes in the macula spread a good way towards the periphery. At first, owing to the marked history of syphilis in the family, I thought that we were dealing with a case of congenital syphilis. His teeth, however, showed no signs of that disease. Dr. Gordon Goodhart did a Wassermann reaction for me, which was negative. Thinking the patient might have some other cerebral condition, I sent him to Dr. Batten, who investigated the case very thoroughly. Mr. Paton has since taken his fields carefully, during his stay in Queen Square. The patient has also had some extraordinary sores on his legs, the nature of which I do not know. He had about half-a-dozen of them, and they were a long time healing. The sight is certainly failing now, and has been so for the last eighteen months.
He can fix with both eyes, if the object is sufficiently large. The scotomata are not absolutely symmetrical.
Mr. RAYNER D. BATTEN: I think the macular type of degeneration, having developed, does not progress, but remains stationary. This case appears to be progressive, which points to it being a syphilitic type of central retinitis, rather than belonging to the macular type.
Mr. STEPHEN MAYOU: With regard to the stippled appearance in the retina, I think most of the cases show this, in addition to the macular changes. I have seen altogether four families with the disease: two have been shown here, and two are represented in patients I have at present under my care: they all show stippling at the periphery of the retina. In the two families of my own, which I have mentioned but not shown because I was not quite sure they belonged to this class, one could not say there was definite cerebral degeneration at all: all one could say was that they were rather curious people, of not quite normal mentality. Otherwise, the appearance in the fundus was exactly similar to that in this case. They were two sisters in one family, and father and son in another, and in none was the Wassermann test positive.
Mr. J. HERBERT PARSONS: There does not seem to be much evidence that this case belongs to the group named. I understood Dr. Batten to say that he found nothing wrong with the central nervous system; except for the history of epilepsy it seemed to be normal. It is well known that there are seldom changes in the fundus in epilepsy; and it is a question whether it is not a mere coincidence that this condition of eye should occur in a patient who has epilepsy. I should very much like to hear the opinion of the senior members of the Section as to the frequency of macular changes in congenital syphilis, similar to those in this case. My own experience is not sufficiently great for me to give an opinion. I should have thought it was not very rare to find changes in the macula similar to these. I agree with Dr. Batten that the cases which he has grouped together are cognate. As I have already said more than once, I think the amaurotic family idiocy cases should be kept abso-Section cf Ophthalmolo0y.
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Case of Retinal Arterial Disease, with Mliliary
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Section of Ophthalmology 5 lutely \distinct, for the other cases are only remotely related; and in this case the evidence of association seems to be particularly slight.
Mr. LESLIE PATON: Dr. Batten asked me to see this patient when he was admitted for observation at the hospital. Before I knew anything,of the history, I was struck with the extreme resemblance to one of the cases shown by Dr. Batten which I saw two years ago, an instance of Batten maculocerebral degeneration. On further examination I found that there was an absolute central scotoma 10 mm. wide, extending for some distance out, in both eyes. We took his fields with the Bjerrum screen. There was another feature, namely, that he complained of night-blindness, which had been experienced some considerable time. I am surprised to find that there is no obvious limitation of the peripheral fields. The whole retina has an atrophic appearance: it has the autumn-leaf" appearance of retinitis pigmentosa ; there is certainly a generalized atrophy of the retina, and there are the very much reduced bloodvessels which we see in retinitis pigmentosa. When I learned the history, I thought it might be'retinitis of syphilitic origin, with subsequent atrophy. But I think syphilitic retinitis, as distinct from choroido-retinitis, is rare in congenital syphilis. It is commoner in association with acquired syphilis. In view of the negative Wassermann tests, I feel myself driven to the view that this case is allied to the Batten type of cerebro-macular degeneration. I have (November 1, 1916.) Case of Retinal Arterial Disease, with Miliary Ane and Exudates.
By NORMAN B. B. FLEMING, Lieut. R.A.M.C., M.B.
C. came under my notice at the Central Recruiting D I found that he had a complete central scotoma in his The patient had been aware of this for some time, but h occasion sought any advice. His mother attributes the loss to a blow on the eye in childhood, but medical attention required and the injury apparently was not serious; he com no other sign or symptom. The fundus presents widesprea resembling those found in retinitis circinata, but not sh lutely \distinct, for the other cases are only remotely related; and in this case the evidence of association seems to be particularly slight.
Mr. LESLIE PATON: Dr. Batten asked me to see this patient when he was admitted for observation at the hospital. Before I knew anything,of the history, I was struck with the extreme resemblance to one of the cases shown by Dr. Batten which I saw two years ago, an instance of Batten maculocerebral degeneration. On further examination I found that there was an absolute central scotoma 10 mm. wide, extending for some distance out, in both eyes. We took his fields with the Bjerrum screen. There was another feature, namely, that he complained of night-blindness, which had been experienced some considerable time. I am surprised to find that there is no obvious limitation of the peripheral fields. The whole retina has an atrophic appearance: it has the "autumn-leaf" appearance of retinitis pigmentosa ; there is certainly a generalized atrophy of the retina, and there are the very much reduced bloodvessels which we see in retinitis pigmentosa. When I learned the history, I thought it might be'retinitis of syphilitic origin, with subsequent atrophy. But I think syphilitic retinitis, as distinct from choroido-retinitis, is rare in congenital syphilis. It is commoner in association with acquired syphilis. In view of the negative Wassermann tests, I feel myself driven to the view that this case is allied to the Batten type of cerebro-macular degeneration. I have already expressed my view that these cases should not be mixed up with the ordinary Tay-Sachs type of amaurotic family idiocy; but I know that Dr. Batten and I do not quite agree about that. There is little doubt about the failure of vision in this case in 1910. He was seen by somebody then, but it may have been simply a question of an error of refraction necessitating glasses.
